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AIpha~~A~tit~psi~ ~~~~iency (Alpha-I~ is a genetic disorder that results in 
devastating and often fatal lung and liver disease. Individuals with the 
destruction of Alpha- Z demons ee~cious 
symptoms including shortness 
qeated lung i~fe~ti~~s, and sput erapy consists of a~~g~~ti~~ of 
the Aipha~wA~tit~si~ protein ;of a plasma dgrivativg. In thg 
absence of therapy, the p~lrn~~~ emphysema of A 
regressive, often leading to premature respiratory de: 

~st~at~d %hat untreated individuals can have their life expectancy reduced by 20 or 
more years. 

With ctnset between the third and fifth decades of life the p~Irn~~~ impai~e~t ca.~ 
cause disability leading to loss of ernpl~ym~~t~ fr~q~~~t h~spitalizati~~s~ family 
~is~rg~~~ti~~, and the suffering knuwn only to those unable to catch their breath. 
Lung tr~spl~tati~n, with all its associated tisks and costs, is the mast c~rnm~~ filnal 
option* 

The Alpha-l ~~~~dati~n is a ~~t-f~r-pr~~t ~rg~izatiu~ f~~~d~d in I.995 to 
research towards a cure for Alpha-4 a The majQri~ af the Board of ~ir~~t~rs 

To date diagnosed with Alpha- I or is a family member of an ~divid~al with Alpha- 1” 
the Foundation has funded aver $9 million in a range of research pants ;uld 
awards. The ~~~~dati~n’s Public Policy pro is timed a# increasing r~sea~~$~, 
tinding, addressing prudent shortages, ensuing blood safety, d~v~I~pme~t of new 
therapies and advocating fur access to care, which includes i~s~ra~~e ~~irnb~s~rn~~t 
and genetic discrimi~atiu~. 

r~c~g~iti~~ of the ~d~~i~g ~~r~p~~ incidence of 
hal~pathy (BSE) axed its anticipated risk fo 

(vCJD) in humans, the Alpha-l ~~~~dati~n is ~~pp~~iv~ of effurts to ensure the safety 
af the US blood supply and plasma derivatives. 



c 

~u~~~t~y only a smgle therapeutic agent exists d as a representative of 
citizens suff~~~g the co~s~que~~~s of A~~ha~m~tit~si~ ~e~~~eney the foundation 
expresses extreme concerrr that this life-prese~i~g medication continues to be in 
critically shoirt supply. As a consequently the foundation believes that efforts aimed 
at providing a theoretical increase in the safety of the U’S blood supply must be 
combined with consideration of the risks of reducing the availability of blood and 
pIasma produets. Clearly, the evaluation of any plan to further increase donor 
deferrals must include consideration of the risks to the plasma user community as well 
as mechanisms to expand blood and plasma donation in order to avoid fu~ber 
compromise to the availability of blood an its derivative meditations. 

The foundation regards the proposed expansion of the donor deferral 
exclusion of donors at risk of vCSD oh the basis of foreign residency and travel as 
inef~~ient and it makes weighing of issues related tu risk~ben~~t more dif~~~lt. 

The foundation recommends that the focus be an increase in biding for research in 
the areas of testing methodologies for the vCJD infectious agem, studies of vCS 
tr~smission and i~e~tivity, and evaluations of methods for i~activatiu~s~gregatio~ 
of the vCJD infectious agent during blood product fra~tio~atio~* 

The ~o~datio~ also cautions that efforts to ensure safety may be mis~o~st~ed by the 
lay public and actually reduce the willingness of individuals to donate brood an 
plasma, as well as adding donors who are deferred. 

Finally, the ~u~~atio~ entourages funding to increase health s~~i~~~~e of the 
ion recommends the eva~uatiu~ o blood safety ~omp~~sati~~ 
an education to reassure the US blic af the safety of booed 

donation and the blood supply. 
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